Abstract
Introduction

Autoimmune pancreatitis (AIP) is associated with various types of extrapancreatic organ involvement, and accumulation of IgG4-positive plasma cells in the pancreaticobiliary system as well as in other organs (1-3). Similarly, an elevated level of serum IgG4 and infiltration of IgG4-positive plasma cells into salivary glands have been documented in Mikulicz's disease and Sjögren's syndrome. Therefore, con-
F i g u r e 1 . Ab d o mi n a l CT f i n d i n g s . Di f f u s e e n l a r g e me n t o f t h e p a n c r e a s f r o m h e a d t o t a i l . Ma r k e d a t r o p h y o f t h e p a n c r e a s wa s s e e n a f t e r t h e r a p y .
Case Report
An 80-year-old Japanese man with histories of tuberculosis and gastric ulcer was admitted to our hospital in March
. Cl i n i c a l c o u r s e . T r e a t me n t wi t h p r e d n i s o l o n e ( P S L ) r e s u l t e d i n a g r a d u a l i n c r e a s e i n p l a t e l e t c o u n t , a n d i n p r o p o r t i o n a l f a l l s i n γ -g l o b u l i n , I g G a n d I g G4 .
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Discussion
AIP is diagnosed based on the presence of diffuse swelling of the pancreas, diffuse irregular narrowing of the pancreatic duct, high levels of serum γ-globulin, in particular IgG4, and a favorable response to steroid therapy (8-11). IgG4-positive lymphofibroplasmacytic infiltration is found not only in the pancreas, but also in other organs. Therefore, the disease has been regarded as pancreatic involvement of a systemic autoimmune disease (3, 12). The disease has been reported to be associated with Mikulicz's disease (13),
Sjögren's syndrome (14, 15) , hypothyroidism (16) , interstitial pneumonia (17, 18) , retroperitoneal fibrosis (12) , gastric ulcer, sclerosing cholangitis (19) and primary bilirary cirrhosis (20) . Kamisawa et al (3) were the first to use the term "IgG4-related systemic disease" to describe the systemic nature of the disease (3, 6, (21) (22) (23) .
Renal lesions of the disease have been reported recently, most commonly they consist of tubulointerstitial nephritis (6, 23, (27) (28) (29) (28, 30, 31) . Plasma cells infiltrating the interstitium show strong immunoreactivity to IgG4 (21, 28, 30-32) . In contrast, glomerulonephritis com-
. Most patients with renal involvement show diffuse interstitial infiltration of T cells and plasma cells, with eosinophils and macrophages
F i g u r e 3 . ( A) L i g h t mi c r o s c o p i c e x a mi n a t i o n o f t h e b i o p s y s h o ws d i f f u s e r e n a l i n t e r s t i t i a l i n f l a mma t i o n c o mp o s e d o f l y mp h o c y t e s a n d p l a s ma c e l l s , wi t h f i b r o s i s a n d t u b u l a r a t r o p h y . ( P e r i o d i c a c i d -S c h i f f s t a i n × 1 0 ) . ( B ) Ma r k e d i n f i l t r a t i o n o f l y mp h o c y t e s a n d p l a s ma c e l l s i n t o t h e i n t e r s t i t i u m ( He ma t o x y l i n a n d E o s i n s t a i n i n g , × 1 0 , × 4 0 0 ) . ( C) I mmu n o h i s t o c h e mi s t o r y f o r I g G4 s h o ws d i f f u s e r e n a l i n t e r s t i t i a l i n f l a mma t i o n c o mp o s e d o f I g G4 -p o s i t i v e p l a s ma c e l l s ( × 4 0 0 )
F i g u r e 4 . ( A) L i g h t mi c r o s c o p y f i n d i n g s d e mo n s t r a t e d o u b l e c o n t o u r s ( →) b u b b l e f o r ma t i o n o f
t h e g l o me r u l a r b a s e me n t me mb r a n e ( ★) a n d c e l l u l a r i n t e r p o s i t i o n b e t we e n t h e b a s e me n t me mb r a n e a n d e n d o t h e l i a l c e l l s ( ▲) ( P e r i o d i c a c i d -me t h e n a mi n e -s i l v e r s t a i n × 4 0 0 ) , a n d ( B ) mo d e r a t e  l o b u l a r f o r ma t i o n b y me s a n g i a l p r o l i f e r a t i o n ( P e r i o d i c a c i d -S c h i f f s t a i n × 4 0 0 ) . plicating IgG4-related disease is rare. Some cases with membranous nephropathy, with endocapillary proliferation, capillary wall thickening and crescent formation, or with tubulointerstitial nephritis have been reported (21, 28, 32 i g u r e 5 . I mmu n o f l u o r e s c e n c e s t a i n o f r e n a l t i s s u e s h o ws s t r o n g p o s i t i v e s t a i n i n g f o r C3 a n d I g G i n c o a r s e a n d g r a n u l a r me s a n g i a l a n d p e r i p h e r a l d e p o s i t s , a n d we a k s t a i n i n g f o r C1 q . S e g me n t a l , c o a r s e a n d g r a n u l a r d e p o s i t s a r e s e e n i n t h e p e r i p h e r y a n d me s a n g i u m ( × 2 0 0 ) . 
